cases are sporadic. [3] We report a rare sporadic case of IP in monochorionic diamniotic female twins, with characteristic cutaneous, neurological, and ocular features.
INTRODUCTION
I ncontinentia pigmenti (IP) is a rare X-linked dominant neurocutaneous disorder, primarily affecting females. The disease tends to be lethal in males though survivors have been reported. [1] This is a disease involving the skin, central nervous system, teeth, and eyes. The characteristic skin lesion appears in the neonatal period and has four stages -vesicular, verrucous, hyperpigmentation, and atrophic stage. [2] Vesicular lesions appear early in the neonatal period, generally within the 1 st week of life and recur during the first few months of life, especially during febrile illness. Verrucous stage appears after the first stage or may be present at birth. Wart-like lesions are present and may last up to 1 year. Hyperpigmented lesions follow verrucous stage. Atrophic stage develops during adolescence and appears as hairless patches or streaks. The disease is named so, because of the melanin leak by the melanocytes in the basal epidermal layer and its presence in the superficial layers of the dermis in the late stages of the disease.
IP is a single gene disorder caused by the NEMO gene located at chromosome Xq28. Approximately 60% of This is an open access article distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 3.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as the author is credited and the new creations are licensed under the identical terms.
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CASE REPORT
initiated on intravenous vancomycin (15 mg/kg/day) with suspicion of pyoderma and transferred at day 12 of life after the lesions did not resolve and fresh crops were seen.
On arrival at our hospital, the twins were active and fed well. Examination revealed multiple vesicular lesions distributed linearly over the lower limbs and axilla in both the twins [ Figure 1 ]. These lesions were distributed along the lines of Blaschko [ Figure 2 ]. In view of the characteristic dermatological lesions, twins were evaluated for associated abnormalities. Evaluation revealed eosinophilia in both twins (Twin 1 -16%, Twin 2 -22%). Ophthalmological evaluation showed retinal abnormalities in Twin 1 -a pale and ischemic retina with multiple hemorrhages and branch retinal vein obstruction. Magnetic resonance imaging of the brain was normal. In the 3 rd week of life, the twins had multiple subtle seizures in the form of lip smacking, tonic movements of limbs, and a fixed gaze. The metabolic parameters were all normal, but the cerebrospinal fluid was not performed due to the presence of overlying skin lesions. They were started on syrup phenobarbitone for seizure control. The electroencephalogram of the twins revealed multifocal epileptogenic focus in Twin 1 and right hemispherical epileptogenic focus in Twin 2.
They were discharged on day 28 of life on breast feeds with good seizure control and weight gain. The parents were counseled about the nature of disease.
DISCUSSION
IP is diagnosed by Landy and Donnai diagnostic criteria which were proposed in 1993 [4] [ Table 1 ].
With the availability of recent data and genetic studies, an update of this criteria has been proposed, which consider typical skin lesions as major criteria and rest other features as minor criteria. [5] Cutaneous manifestation of IP consists of typical skin lesions consisting of four stages (vesicular, verrucous, hyperpigmented, and atrophic). Other cutaneous manifestations which can be seen are scarring alopecia, [5] nail anomalies such as ridging, onychodystrophy or onychogryphosis, and subungual tumors. [6] Nail changes are generally seen in older patients. Dental anomalies are present in majority of patients older than 1 year of age. Conical teeth and hypodontia are most common dental anomalies. [5] Neurologic abnormalities are seen in 13-35% patients, and seizures are most common manifestation, followed by motor impairment and cognitive deficits. [5, 7] Other manifestations which can be seen are breast anomalies such as supernumerary nipples and breast hypoplasia. Eosinophilia in peripheral blood smear is seen in almost 80% of patient and was also seen in both of our patients. [7] IP is caused by a mutation in the IKBKG gene resulting in loss of function of NF-κß, leaving cells susceptible to apoptosis from intrinsic factors. [8] IKBKG gene deletion can be detected for confirmation of diagnosis. Genetic counseling has a very important role to play in cases of IP to prevent birth of affected children. Molecular genetic testing in proband, parents, and affected relatives should be done. In case of unaffected parents, mother should still undergo genetic testing because of variable expressivity of phenotype. Risk of IP in sibling depends on genetic status of parents. If none of the parent is affected, the risk of development of IP in sibling is <1%. If mother of affected female is also affected, risk of sibling inheriting the mutant gene is 50%. Since males with homozygous deletion gets aborted, expected ratio of delivery of siblings are 33% affected females, 33% unaffected females, and 33% unaffected males. If mother is unaffected but carries genetic mutation, male may survive and manifest ectodermal dysplasia. [9] IP in twin females is extremely rare, and extensive literature search revealed three reported cases so far. [10] Our case is unique as it shows characteristic cutaneous manifestations along with neurological, hematological, and ocular abnormalities in female monochorionic diamniotic twins with sporadic occurrence.
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